We highlight a case of Milroy's disease in a 28-year-old man. He originally presented with fleshy, exophytic coliform lesions that carpeted his scrotum and penile shaft (figure 1). His prior treatments included laser therapy and electrocautery, but the lesions recurred. Ultimately, he underwent a complex scrotal and phalloplasty, excision of coliform lesions and split thickness skin grafting. Postoperative findings are demonstrated in figure 2. Gross pathology revealed yellow-pink friable coliform excrescences (figure 3). H&E stained microscopic sections showed papillary outgrowths of dermis with overlying epidermal hyperplasia and hyperkeratosis. The deeper dermis was oedematous and fibrotic with a dense chronic inflammatory infiltrate and lymphangiectasia (figures 4-7). The histological findings were consistent with chronic lymphatic obstruction.
DESCRIPTION
We highlight a case of Milroy's disease in a 28-year-old man. He originally presented with fleshy, exophytic coliform lesions that carpeted his scrotum and penile shaft (figure 1). His prior treatments included laser therapy and electrocautery, but the lesions recurred. Ultimately, he underwent a complex scrotal and phalloplasty, excision of coliform lesions and split thickness skin grafting. Postoperative findings are demonstrated in figure 2 . Gross pathology revealed yellow-pink friable coliform excrescences (figure 3). H&E stained microscopic sections showed papillary outgrowths of dermis with overlying epidermal hyperplasia and hyperkeratosis. The deeper dermis was oedematous and fibrotic with a dense chronic inflammatory infiltrate and lymphangiectasia (figures 4-7). The histological findings were consistent with chronic lymphatic obstruction.
Three years later, the patient developed mild, asymptomatic penile oedema and a small, solitary coliform lesion at the base of his penis, over the graft site and right groin (figure 8). A shave biopsy was performed and demonstrated lymphangiectasia (not shown). Overall, the patient reported excellent sexual function and was very pleased with the results of surgery.
Milroy's disease is a rare genetic disorder that impairs normal lymphatic drainage. 1 It can affect various parts of the body, specifically dependent areas such as the lower extremities and genitals. Management options include non-operative and operative measures. However, little is known about the pathological features of Milroy's disease and its long-term outcomes.
This case highlights several learning points: (1) Histological changes are consistent with chronic lymphatic obstruction. (2) Milroy's disease is prone to local recurrence. (3) Excision of the dermal layer has been associated with good cosmetic outcome.
Chronic lymphoedema is characterised, microscopically, by interstitial fluid accumulation, dilation of lymphatic outflow tracts and fibrosis. 1 2 Our histopathological findings support that the pathogenesis of Milroy's disease is based on chronic lymphatic obstruction. We also demonstrate that Milroy's disease is a chronic and recalcitrant condition. It may recur at the site of previous excision and grafting. Similar findings have been reported with other forms of chronic lymphoedema. Machol et al 3 noted that patients with massive localised lymphoedema of the scrotum, had a 50% chance of recurrence after treatment. These recurrences ranged from simple fluid reaccumulation to redemonstration of dermatological pathology.
It remains unclear whether complete excision of the dermal layer is crucial for management of Milroy's disease, but the literature examining the histopathology of excised genital skin with chronic lymphoedema is limited. 2 3 We demonstrate, with histopathology, the extensive involvement of superficial dermal lymphatics and full-thickness dermal fibrosis with only a 
Learning points
▸ Histological changes are consistent with chronic lymphatic obstruction. ▸ Milroy's disease is prone to local recurrence. ▸ Excision of the dermal layer has been associated with good cosmetic outcome.
limited, focal recurrence after complete excision of all involved dermis. Taken together, the above findings suggest that complete removal of the dermal layer may result in a more successful outcome for these patients than a superficial excision.
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